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A studﬁ of unction of an extracellular matrix molecule which could modulate
pathophysiology of Kawasaki Disease.
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Kawasaki disease (KD) is an acute febrile illness of childhood characterized
by systemic vasculitis and hyperendemic in Japan. The most critical complication is coronary
aneurysm, however the pathophysiology remains unsolved. We studied the molecular function of a
matricellular protein, tenascin-C(TN-C), in pathophysiology of KD and evaluated its potential for a
diagnostic marker. In combined analysis with two kinds of experimental KD models using genetically
engineered mice, human autopsy specimens and laboratory test on blood sample from the patients, we
have found vascular smooth muscle cells and mesenchymal cells in adventitia in the vascular lesion
synthesize TN-C stimulated by proinflammatory cytokines, which in turn, aggravates inflammation by
activating macrophages. Furthermore, the elevated serum TN-C reflects disease activity and can be a
predictive marker for high risk of coronary aneurysm formation and used to evaluate the
effectiveness of the therapy.
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